XANTHOIMATOUS biliary cirrhosis is described by Thannhauser (1940) as a form of primary essential xanthomatosis of the hypercholesterolaemic type, the characteristic features of which are the occurrence of biliary cirrhosis; a high total cholesterol content of the blood without a milky serum; and the development of skin xanthomata plana and tuberosa. The skin lesions show a particular distribution in the creases of the palms and soles, on the extensor aspects of the elbows and knees, and over the Achilles tendon. Fluctuating jaundic e of long duration is the most outstanding symptom and may lead to a faulty diagnosis of occlusion of the common bile duct by stone or neoplasm. The obstruction, hosever, is not complete and stercobilin is to be found in the pale faeces. Tlhe liver is enlarged and so, usually, is the spleen. The bile acids and bilirubin content of the blood are raised, the alkaline phosphatase is very high, and the serum protein normal. Although the skin of the eyelids is involved by xanthelasmna no description of other ocular manifestations can be found in the literature and therefore the following case is reported.
Case Report
Mrs. B., aged 47 years, began four years ago to suffer some upper abdominal pain, which was followed by the appearance of jaundice and pruritis. Her liver was enlarged and clay-coloured stools were observed. Two years ago xanthelasma appeared on her eyelids and later xanthomata plana in the creases of fingers and toes. Recently she has lost some weight.
Liver biopsy two years ago showed slight increase of small round cells and fibroblasts in the portal tracts. On present examination, she has rather a dusky greenish-yellow colour of the skin with xanthelasma over both upper and lower eyelids (Fig. 1) , with xanthomata plana in the skin creases of the fingers and toes (Fig. 2) , and xanthomata tuberosa over both olecranon processes (Fig. 3) and behind the Achilles tendon. She has a punctate ulceration due to scratching of the body.
The liver is enlarged but the spleen is impalpable. The urirne is bile-stained and contains pigment with no increase of urobilin. The faeces are clay-coloured, stercobilin is present, and occult blood has not been detected. The patient has submitted to four abdominal operations and laparotomy has failed to reveal any extra-hepatic biliary obstruction. The liver function tests give results suggesting diffuse hepatic damage and there is only a trace of bile entering the bowel.
Changes shown at liver biopsy were those of biliary obstruction of biliary cirrhosis rather than those of chronic viral hepatitis or of nutritional liver disease. The raised blood cholesterol and section of the nodule confirm the diagnosis of xanthomatous biliary cirrhosis as described by Thannhauser.
Ocular Symptoms.-These began six months ago with some impairment of vision of the right eye. She noticed what appeared as a floating cloud which persisted for six weeks and then cleared. This was followed by flashes of light three months ago, which were present at all times but were worse in the daylight, and were seen over the whole field of vision. Since then her sight has gradually failed.
Results of examination:
Right eye divergent and conjunctivae icteric. Vision, right-perception of light only, projection being faulty.
left-6/9 with correction. Right pupil shows sluggish reaction to direct light but reacts normally to the consensual light reflex. Left fundus appears nornal.
